Dr Louis Forman: The appearances under the microscope of the follicles would be suggestive of a burnt out follicular mucinosis. However, I do not know if there is anhidrosis in this condition. The ulcers on the leg may be the result of Buerger's disease. The histology of the artery in the section shown suggested this to me. Dr I Sarkany: There is no suggestion of Hansen's disease. The possibility was considered that the inflammatory changes around the sweat ducts might be primary and that the sweat gland wall hypertrophy could be secondary to this infiltrate. However, no evidence of a lymphoma has been found clinically or in numerous biopsies and subsequent investigations. Follow up over eight months has not altered the clinical and pathological picture. We do not consider that the condition is burnt out follicular mucinosis and agree that it will be interesting to see whether changes in sweating are part of that condition.
The following cases were also shown:
(1) Chilblain Lupus Erythematosus (2) Mrs A, aged 34. Housewife History: In 1953, when aged 19, she developed symptomless erythematous papules on arms, trunk and buttocks. Some of these would resolve in a few days, while others would proceed to ulceration, healing with atrophic scarring in 3-4 weeks. The condition has been persistent ever since, lesions tending to appear in crops and slowly becoming more severe and lasting longer.
Past history: Hay-fever since 1952. Sensitive to June-July pollens and dry rot. Wheeziness and tightness of chest in 1955 and for the past year. Sensitivity to raw apples (sore mouth, widespread pruritus and wheezing) for one year.
Family history: Brother has asthma, hay-fever.
Elder child has urticaria. hInvestigations: Hb, ESR, Rh factor, antinuclear factor, LE cells, plasma proteins and chest X-ray all normal. WBC 10,600 (neutros. 38 %, eosinos. 27?*, basos. 1 , lymphos. 23 %, monos. 8 :).
Biopsy showed a small ulcer with infla-nmatory exudate in its floor. Scattered through the superficial dermis at the base of the ulcer are large pleomorphic cells with hyperchromatic nuclei.
Some of these cells are seen in mitosis. Deeper down these bizarre cells become less numerous but nonsplcific inflammatory cell infiltration extends through the full depth of the biopsy into the sibcutis. The atypical cells described have many of the features of malignant cells but their lack of differentiation and of specific arrangement makes a definitive diagnosis difficult (Figs 2 and 3).
Treatment: The condition cleared for two weeks following a routine 5-day course of oral penicillin, and for a month following a second course. Tabs triprolidine and ephedrine (Actifed) control the hay-fever but have no effect on the skin.
Comment
This condition was given its name by Macaulay (1968), but 4 cases with the same clinical and pathological features have been reported previously. Two of them were diagnosed as atypical reticulosis (Dupont 1965) and 2 as the acute type of pityriasis lichenoides (Verallo & Haserick 1966) . While the condition resembles pityriasis lichenoides acuta more closely than any other disease, its characteristic clinical and above all histological features suggest that it should be regarded as a distinct entity. . Many of his lesions were large and ulcerated and left big scars but until late in tho course of his illness they always cleared as expected. Ultimately a sarcoma developed in the neck and lea to his death. I had another severe case which also lasted several years but the patient died of a coronary thrombosis before any malignancy developed. The same large abnormal mononuclear cells were seen in each case. Dr G B Dowling: Dr W Freudenthal drew attention to these voluminous cells in a case of mine of acute pityriasis lichenoides, or rather of chronic pityriasis lichenoides with acute lesions. The patient was a retired doctor who had had haemorrhagic crusted lesions for thirty years. Several of these along with a great number of scars of old lesions were present when he was shown at a Section meeting (Dowling 1933 Brit. J. Derm. 45, 34). The histology was studied by Freudenthal (not Elworthy, as stated in the text) and was chiefly remarkable for a large number of 'endothelial' cells which were distributed partly diffusely throughout the lesion but mainly in areas and strands, often about a blood vessel. The patient was not ill and died eventually of an unrelated condition.
REFERENCES
The section of a case with similar lesions, seen some twenty years later at St John's Hospital, showed similar voluminous cells and Haber was able to compare these with those in the section of my patient which had been preserved in Freudenthal's collection.
Dr M Feiwel: Pityriasis lichenoides acuta, when it runs a short-lived course, is of such constant clinical form that a virus causation springs to mind. In the protracted cases other etiologies and nosologies would have to be considered. Dr Louis Forman: I believe that a man who was under my care was one of the earliest examples, if not the first, of this contradiction between the histology and clinical presentation to interest Dr Haber. After seeing the slides he came down to the clinic to see the patient.
The case was classified as pityriasis lichenoides with necrotic-papules. On examination: Episodes lasting 10-14 days of multiple tender red nodules 05-5 cm in diameter on limbs and face, accompanied by intermittent fever, 38 5-39-6°C. Recurrences at intervals of 5-21 days. Persistent but slight pigmentation in inflamed areas with moderate atrophy on face. Chronic slightly nodular livedo on thighs. No other abnormal physical findings.
Investigations: Hb, WBC, film, LE cells, antinuclear factor, Rose-Waaler, latex, RA, WR, Coombs, brucella agglutinins, plasma proteins, macroglobulin, cryoglobulin, liver function tests, urea, calcium and phosphorus normal or negative. ESR 60 mm in 1 hour (Westergren). Slightly increased y-globulin. Urine normal. Mantoux 1 in 1,000 positive. X-ray chest normal.
Histology of nodule (Dr G C Wells): 'There is a distinctly outlined granulomatous infiltrate sleeving adnexal structures in the dermis following some neurovascular bundles in the skin and superficial part of the subcutis. The granuloma is composed of pale vacuolated histiocytes and scattered lymphocytes. There are many clumps of acid-fast granules and degenerate bacilli in the histiocytes. The histology is consistent with treated leproma.' Progress: June 1966, treatment begun with stibophen (I.M.), total 25 ml, followed by ACTH gel 40 units (I.M.) twice weekly and thiambutosine (Ciba 1906) 4 tablet twice weekly.
Latter increased after two weeks to i tablet daily, with relapse. ACTH replaced by prednisone 10 mg t.d.s. Thiambutosine increased to i tablet daily. Relapse. Admitted to Jordan Hospital where lepra reaction was brought under control within 48 hours by prednisone 40 mg/day. Treatment with extremely small doses of sulphone was then begun with a slow reduction in prednisone dosage. When it had been reduced to 30 mg/day he developed a fresh outbreak of erythema nodosum leprosum (ENL) but no fever or systemic disturbance. He remained on 30 mg/day for the next five months and during that time efforts were made to increase dosage of sulphone, but on each occasion there was an exacerbation of ENL with one or more ofthe following symptoms: tender lymphadenopathy, epistaxis, painful kneejoints and pain in the tibie.
By the end of five months it was clear that a radical change in management was necessary, so it was decided to stop sulphone and to give B 663 (Geigy) in its place. This is a riminophenazine derivative and not yet marketed; it is a red dye which has the unique property of combining an anti-leprosy action with an anti-inflammatory effect. This was begun on January 9, 1967, in a dosage of one capsule of 100 mg t.d.s. After one week the ENL was controlled and it was possible to make a steady reduction of prednisone (I mg every three days). No ENL was noted thereafter and prednisone was discontinued by May 9. On July 19 the dosage of B 663 was reduced to 100 mg daily as he was complaining of diarrheea and skin irritation. These are the only known sideeffects of B 663 apart from skin discoloration and they disappeared on the reduced dosage. Following this there was a reduction in skin pigmentation, and after two months his skin merely showed a sun-tanned appearance. He has continued on 100 mg daily and there has been a steady improvement in skin smears with a reduction in bacterial index and an increase in granularity of acid-fast bacilli. By the time of his discharge from hospital in January 1968 skin smears showed only a few acid-fast granules. Clinically there is some thickening of the ulnar nerves, the left radial nerve at the wrist and both superficial peroneal nerves in front of the ankles. There is no muscle weakness and the only sensory loss is over the dorsum of the left foot.
Comment
Macroscopically the individual lesions in erythema nodosum leprosum (ENL) may be indistinguishable from other forms of erythema nodosum.
